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PCT/JPOQ/04132 



From the INTERNATIONAL BUREAU 



PCT 

NOTICE INFORMING THE APPLICANT OF THE 
COMMUNICATION OF THE INTERNATIONAL 
APPLICATION TO THE DESIGNATED OFFICES 

(PCT Rule 47.1(c), first sentence) 


To: 

HIROTA, Masanori 

Room 502, Akasakaaoi BIdg. No.11 

8-1 1 , Akasaka 2-chome 

Minato-ku, Tokyo 107-0052 

JAPON 


Date of mailing (day/month/year) 
04 January 2001 (04.01.01) 




Applicant's or agent's file reference 
A031-24PCT 


IMPORTANT NOTICE 


International application No. International filing date (day/month/year) Priority date (day/month/year) 
PCT/JPOO/04132 23 June 2000 (23.06.00) 25 June 1999 (25.06.99) 


Applicant 

JAPAN SCIENCE AND TECHNOLOGY CORPORATION et al 



1. Notice is hereby given that the International Bureau has communicated, as provided in Article 20, the intemational application 
to the following designated Offices on the date indicated above as the date of mailing of this Notice: 

AU,US 



In accordance with Rule 47.1 (c), third sentence, those Offices will accept the present Notice as conclusive evidence that 
the communication of the international application has duly taken place on tlie date of mailing indicated above and no copy 
of the international application is required to be furnished by the applicant to the designated Office(s). 

2. The following designated Offices have waived the requirement for such a communication at this time: 
CA,EP 



The communication will be made to those Offices only upon their request. Furthermore, those Offices do not require the 
applicant to furnish a copy of the international application (Rule 49.1(a-bis)). 

3. Enclosed with this Notice is a copy of the international application as published by the International Bureau on 
04 January 2001 (04.01.01) under No. WO 01/00015 

REMINDER REGARDING CHAPTER 11 (Article 31(2)(a) and Rule 54.2) 

If the applicant wishes to postpone entry into the national phase until 30 months (or later in some Offices) from the priority 
date, a demand for intemational preliminary examination must be filed with the competent International Preliminary 
Examining Authority before the expiration of 19 months from the priority date. 

It is the applicant's sole responsibility to monitor the 19-month time limit. 

Note that only an applicant who is a national or resident of a PCT Contracting State which is bound by Chapter 11 has the 
right to file a demand for international preliminary examination. 

REMINDER REGARDING ENTRY INTO THE NATIONAL PHASE (Article 22 or 39(1)) 

If the applicant wishes to proceed with the international application in the national phase, he must, within 20 months 
or 30 months, or later in some Offices, perform the acts referred to therein before each designated or elected Office. 

For further important information on the time limits and acts to be performed for entering the national phase, see the 
Annex to Form PCT/IB/301 (Notification of Receipt of Record Copy) and Volume II of the PCT Applicant's Guide. 





Authorized officer 




Th Intemational Bureau fWIPO 




34, chemind sCol mbettes 


J. Zahra 




1211 G n va 20, Switzerland 






Facsimile No. (41-22) 740.14.35 


Telephone No. (41-22) 338.83.38 




Form PCT/IB/308 (July 1996) 




3744587 
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From the INTERNATIONAL BUREAU 



PCT 

NOTIFICATION CONCERNING 
SUBMISSION OR TRANSMITTAL 
OF PRIORITY DOCUMENT 

(PCT Administrative Instructions, Section 411) 



Date of mailing (day/month/year) 

06 September 2000 (06.09.00) 



Applicant's or agent's file reference 
A031-24PCT 



International application No. 
PCT/JPOO/04132 



International publication date (day/month/year) 
Not yet published 



To: 



HIROTA, Masanori 

Room 502, Akasakaaoi BIdg. No.11 

8-11, Akasaka 2-chome 

Minato-ku, Tokyo 107-0052 

JAPON 



IMPORTANT NOTIFICATION 



International filing d^/e (day/month/year) 
23 June 2000 (23.06.00) 



Priority date (day/month/year) 
25 June 1999 (25.06.99) 



Applicant 

JAPAN SCIENCE AND TECHNOLOGY CORPORATION et al 



1. The applicant is hereby notified of the date of receipt (except where the letters "NR" appear in the right-hand column) by the 
International Bureau of the priority document(s) relating to the earlier application(s) indicated below. Unless otherwise 
indicated by an asterisk appearing next to a date of receipt, or by the letters "NR", in the right-hand column, the priority 
document concerned was submitted or transmitted to the International Bureau in compliance with Rule 1 7.1 (a) or (b). 

2. This updates and replaces any previously issued notification concerning submission or transmittal of priority documents. 

3. An asterisM*) appearing next to a date of receipt, in the right-hand column, denotes a priority document submitted 
or transmitted to the Internationa! Bureau but not in compliance with Rule 17.1 (a) or (b). In such a case, the attention 
of the applicant is directed to Rule 17.1(c) which provides that no designated Office may disregard the priority claim 
concerned before giving the applicant an opportunity, upon entry into the national phase, to furnish the priority document 
within a time limit which is reasonable under the circumstances. 

4. The letters "NR" appearing in the right-hand column denote a priority document which was not received by the International 
Bureau or which the applicant did not request the receiving Office to prepare and transmit to the International Bureau, 

as provided by Rule 17.1(a) or (b), respectively. In such a case, the attention of the applicant is directed to Rule 17.1(c) which 
provides that no designated Office may disregard the priority claim concerned before giving the applicant an opportunity, 
upon entry into the national phase, to furnish the priority document within a time limit which is reasonable under the 
circumstances. 



Prioritv date Prioritv application No. 

25 June 1999 (25.06.99) 1 1/180600 



Country or regional Office 
or PCT receiving Office 

JP 



Date of receipt 
of prioritv document 

11 Augu 2000 (11.08.00) 









Thelnt mati nal Bureau fWlPO 




34, chemin d s Cot mbett s 


Authorized officer ^^^^^^^^^^^^^^^^ 


1211 Geneva 20, Switz rfand 




Facsimile No. (41-22) 740.14.35 


Telephone No. (41-22) 338.83.38 


Form PCT/IB/304 (July 1998) 


003509623 
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From the INTERNATIONAL BUREAU 



PCT 

NOTIFICATION OF TRANSMITTAL 
OF COPIES OF TRANSLATION 
OF THE INTERNATIONAL PRELIMINARY 
EXAMINATION REPORT 

(PCT Rule 72.2) 


To: 

HIROTA Masanori 

fill ivx 1 iviaool i\j t 1 

Room 502, Akasakaaoi BIdg. No.11 
8-11, Akasaka 2-chome 

JAPON 


Date of mailing (day/month/year) 
18 February 2002 (18.02.02) 


Applicant's or agenl^s file reference 
A031-24PCT 


IMPORTANT NOTIFICATION 


International application No. 
PCT/JPQO/04132 


International filing date (day/month/Vear) 
23 June 2000 (23.06.00) 


Applicant 

JAPAN SCIENCE AND TECHNOLOGY CORPORATION et al 



1. Transmittal of the translation to the applicant. 

The International Bureau transmits herewith a copy of the English translation made by the 
International Bureau of the International preliminary examination report established by the 
International Preliminary Examining Authority. 



2. Transmittal of the copy of the translation to the elected Offices. 

The International Bureau notifies the applicant that copies of that translation have been 
transmitted to the following elected Offices requiring such translation: 

EP,AU,CA,US 



The following elected Offices, having waived the requirement for such a transmittal at this time, 
will receive copies of that translation from the International Bureau only upon their request: 

None 



3. Reminder regarding translation into (one of) the official language(s) of the elected Office(s). 

The applicant is reminded that, where a translation of the international application must be 
furnished to an elected Office, that translation must contain a translation of any annexes to the 
international preliminary examination report. 

It is the applicant's responsibility to prepare and furnish such translation directly to each elected 
Office concerned (Rule 74.1). See Volume II of the PCT Applicant's Guide for further details. 





Th International Bureau of WIPO ■ 


Authorized officer 




34, chemin des Col mbettes 


Eliott PERETTI 




1211 Gen va 20« Switzerland 






Facsimile No. (41-22) 740.14.35 


Telephone No. (41 -22) 338.83.38 > 





Form PCT/IB/338 (July 1 996) 4667907 
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PCT/JPOO/04132 
2000 ^6 ^ 23 a (23.06.2000) 



(30) fiifetSx— ^: 

4#IS¥ll/180600 1999 ^6^25 B (25.06.1999) JP 
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Ttr»MIE«f UU-bT S 16S18-^ Miyagi (JP). 
(NUKIWA, Toshihiro) [JP/JP]; f 989-3201 SlSlft^lll^ 
mWHIEllM^fi—T B22Sl-^ Miyagi (JP). 

(TAKAI, Toshiyuki) [JP/JP]; t 981-0952 g*E»(llJ 
■&mWmE*lUETgl8Sl# 506-^S Miyagi (JP). 

(74) ftSA: BieQ%lB(HIROTA, Masanori); t 107-0052 
mKI»%IZ$£-Tl8«ll^mil$%llfcf^US02 
Tokyo (JP). 

(81) fS^mmP^): AU.CAUS. 

(84) JiSg|(«E«): 3 — P^//<«F»(DE,FR,GB,rD. 
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IT) 




X 33 



X 99 



FcyRIIB' 



(57) Abstract: A non-human model animal of Goodpasture's syndrome contributing to the treatment of Goodpasture's syndrome 
/»s the development of therapy for which has been delayed due to the lack of adequate disease models; a method for screening a remedy 
O for Goodpasture' s syndrome by using the model animal; and a method for diagnosing Goodpasture's syndrome at the early stage. An 
^ immunoglobulin Fc T receptor IIB knockout mouse is immunized with type IV collagen to induce Goodpasture's syndrome, thereby 

constructing a model mouse of Goodpasture's syndrome. Then test substances are administered to the model mouse and thus a 
— remedy for Goodpasture's syndrome is screened based on the evjiluation of the severity of the expression of Goodpasture's syndrome 
W (i.e., diffuse alveolar hemorrhage, glomerulonephritis, the appearance of antikidney glomerular basement membrane antibody, etc.). 
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10 ^^y° IV □ ^-<ir>T^^by^7 5g^^P^^#-r^Hfi^ 
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fcF c r RUBm.B.=¥'<DmBi=f'm^(DiK^(D^m^m^^^mii\^x\-i.. 

10 ^7 u-ZLy^-^titzF c r RIIBite^^S^fc J: K> t: h ^cYLSfflBST^ 
;ic^^^M#l©F c r RIIB^tg, I g G^fe^M^#:<h 

il mmm^iZF c r RUB 

uTiz. mmmm^m^fx c(D^BM^MizMi$^^\zm.m-r^-^^. z.<d 
^m<r)^%^^w^\-t^^^<Dmw\\z^%^n^^(oxuf^\^. 

##«»J (F c r RIIB^iiT'^7 7>®f^i$) 

1 2 9/Sv/J l^^ft3lt(D-7'^X(^yy ADN A^-r U — ^7. 
20 U <!:{CckoT, F c r RUB jte^(Dy y A D N A co 
^ n — >3£:#g|L/;/5:. — >CDS gRtJ^E C i © 2 0(^Sl5tL:tX 

25 *fflJia (J 1) (C#Ab> ffi[HlWm^A<^fTo/io 
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G 4 1 8S.t;^GANC (1S>i^^u\£T) izM VX ^^-^ ^ >WmB 

ilLT. Hind III T^WvxXhb, pMCl ^ :t mBi^f- 1! ± y h ^ 
:*^'2>«S^$n;t E S ifu — >t:m^^'^iz-?^ i7 ji^ 3 > V. 

^'T'^x^f^ML, i'^m-^nr^Try x^m^m<Dc 5 7 b l / e j 
mmm 1 (^j^^;/ HA7.5^^-5g^s^^5^;uv>7.cDf^ig) 

1 mMcDH C 1 mm (pH3. 0) \Z 3 m g Xm 1 OS 6 ^SST^^tK 
a^7&^e>illM$n/c-fe;i/^ h U ^> IV (§rBif^5^>^^#^^t^) 

15 mWM^X lv[iU\ZU^^'D\Z'i^ aOU^mXT^^ IV wp- 

^'y inH^. 0) ^f^S^L^Co ^KD^-I- y IV U (pHB. 
0) Smg/ml.h, giti!j/1^:7 \&MlBLXS^^^mtf^ ^ U 

^^^^n-r > h7v^rLA> H (CFA) 3mgx/m 1 ^i^BJ^v'U > 
i^'t'Tii^L.T. ^fc^-r :7° IV 3 ^—y> (pH 8 . 0) 3 m g /m 

20 1 glEijA-^:?^ >i:#®S14^J<J::^^^?:j:^^^^:7n^ > hTS^oL 
n>h (I FA) 3mg/m 1 ii^iS^vU >>'4'Til^bX, 2 SUS 

±m^^ms^m<D:^m\z^r){^mi^fcF c r RUBm.Bi'^xm-^ox 

25 n ^ — y><i: C F At^^n^n 15 0m g ^tfX'y'JUi/ 3 > 1 0 0 m 
1 ^-7">X<D^l*|{cftltL'T— ^^^^fr^i. '^<D-':k^mW:. 14, 
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2 8S.t;4 2 BSIC, IV 0^--y>t I FA<i:Sr^n^ni 5 

0 At gttSX--^ 3 > 1 0 0 M 1 ^&.[^iZ&$itl'. 5 6 BBiZ-^OT. 

5 M 1 IC^-r.t^tC.iS'-r y IV zi^->r>-e^^$nrcF c r RIIBjI 
-e^^ii-^'^X (FcrRIlB-/-) ^^moi^^M'^':?^. (WT) tc: 

10 i:-r-5»^^30^^tl^"CVi;^o Zin ^> (Z)^^:^^ ^ . F c r RUB it^^^'rJ^ 

F c r RUB y y ^TO h'^'y 7.. YcRrJy^T'^fV'^'yT.. m 
BagJ:«9SiJk^tT7:£l^^> (Cell. Immunol. 145, 299-310, 1992) 

«j ymwrn^^^ (PBS) imwz 20 tJLe<D^-^-f IV □^-y> 

20 ^m^^"^^ ;i(D^^?^<£r 1 ':7i;i/^^cO 5 0 M 1 OfJ-^-efflVi, 9 6 
'^oiJl'^'f^nyi/— h (Falcon;Becton Dickin 
son Labwar e ttiS)^ 4 t: ICT-Bfeo -5"^ y{f\.tc^. 0. 
0 5%OTwe en2 0«hO. 1%<DB S A^^^tPP B S 3 0^?!^ U , 
l'^x;l/^/c0250Atlc^0. 2%(DB S A^^tTP B ST4'CtCT 

25 — Bfe^P'^^b^. 

:^lC±ISjk?^J&^e>#6n:^jfiLm^4 0 0- 2 0 0 0 Ofgir^^L, ^ 
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(Df^^Vtzltim'S: 1 :c)VmrzO 5 0 u \ (Di!l'&T±f2 9 6 O ^ 
^ uz^U- hizmX. flfeRiS^iirfCo ;Sf£^^, 96'^x;U"7 

-i i7 UZfU— h'S: 0 . 05%a)Tween2 0 ^^tiP BST3 

X 1 g G 1 , I g G 2 aXti I g G 2 b S 2 0 0 ^ (C^f^ b © ^ 5 

0 ti 1 JD;^T, 4'cicT2NfrBi-r hbfec h^. 

StJ^O. 0 5 %(7)Tw e e n 2 0 ^^tfP B ST 3 Illi5fe#b, 0. 1 m 

1 <D TureBlue Peroxidase Substrate (Kirkegaard & Perry Labs ttSS) 

^— (Biolumin 960 ; Molecular Dynamics ^M) TOD 4 5 0 

;ine.(D^:^7&^e>x f c r rub y :J7 t'^ h-^-^T. (iib-ko) 

it. FcRr/^'^yyh-^'y:^ (t-KO) ■^I^^S^'i'T. (Wild) 
iCjt^T. ^-iy' IV Zl Xd^fr ^in:#:ffi ( I g G 1 , I g G 2 

a, IgG2bXiiIgM) <D ±^i)^mi^ ^^tl. ^ H A-7.5^r-^^ 

mmni^&tixi^^^^y }^/^x^^-mmm(Df^m(Dm^fB< ztf)^x^ 

-So 
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m 1^ 0) ^ ^ 

1 . ^l^ifu:f^j >F c r U'f:f^-UBm.m'f-mmi)m^ii^±'^X 
3 . ^^^ny^J >F c r U-fe7'i$'-IIBjie^atg3&^*^fe<2^±l?^» 

8. t: h(DS^®^iMiia*^^ F c r l/-t-/^-IIBjte^S:**tBU. -?-<75it 
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